Introduction
Among the different types of congenital hypothyroidism due to an alteration in thyroid hormone biosynthesis described by Stanbury & Dumont,' one of the less frequent is that originating from the failure of the thyroid cell to transport iodide. In this case, the gland loses the capacity to concentrate iodide against chemical and electrical gradient. This lowers the glandular content of iodide and leads to a defect in thyroid hormone biosynthesis. The number of cases reported with this defect is 22,2-2' including total or partial defects.
Treatment of these patients has not been definitively established.' '9 High doses of iodide have been recommended to increase the plasma/thyroid gradient of inorganic iodine and consequently raise the iodide intra-thyroidal concentration by simple diffusion. 5 Table I ). After the study, she was treated with 18 mg/day iodine, the dose later varying depending on clinical evolution to reach normal clinical and analytical thyroid function. Menarche occurred at 12 years and her final height was 156cm. In September 1985 she became pregnant and iodide was therefore discontinued, replaced by T4. Her daughter has neither hypothyroidism nor goitre.
The mother of patients A and B was also studied, because of goitre, but the ''I uptake by the thyroid was normal and the salivary/plasma (S/P) radioiodide ratio was normal, 36.9, and she had normal serum thyroid hormone and TSH. Figure 1 shows biochemical results during treatment with iodide of the two patients over twelve and a half years (A) and eleven and a half years (B), respectively. Dosages varied between 10.3 and 22 mg/day of iodine. Urinary iodine ranged between 9 and 17.1 mg/day, and serum total iodine varied between 100 and 210 g/dl.
Methods
In both patients, T4 and T3 were in the normal range throughout the years of treatment, and, on a long term basis, there was a tendency for T4 to change parallel to the amount ofiodine given. When Year Figure 1 Iodine dose, total T4 and T3, free T4 and TSH peak response to TRH during twelve and a half years (patient A) and eleven and a half years (patient B). In agreement with others, in this study we have confirmed that hyperthyroidism does not occur with these long term high plasma iodide concentrations,'5'16 although it has been found to occur in one case. 4 Experimentally, hypothyroid dogs treated with iodide had follicular necrosis with massive loss of thyroid hormones into plasma.24'28 Similar to other studies, no extra-thyroidal side effects were observed.30
In conclusion, iodide treatment in patients with iodide transport defect achieves normal thyroid function on a long term follow-up with no side effects.
